vasopressin. Nonetheless, vasopressin being elaborated by the cells of the supraoptic hypothalamic nuclei, the diabetes insipidus must represent a progressive degeneration of these hypothalamic cells or of the supra-optico-hypophyseal tract.
Many of the reported cases have had urinary tract abnormalities ranging from atonic bladder to hydronephrosis and hydroureter (Moore, 1971) . While congenital absence or progressive degeneration of the neural plexus of ureter and bladder is a possible cause, it could be that the diabetes insipidus is contributory to the urinary tract dilatation. Reinvestigation after adequate treatment with vasopressin is clearly desirable.
The deafness in the syndrome has uniformly been reported to be of high-tone type; the afferent fibres of the cochlear nerve from the basal coils of the cochlea thus being involved. Published reports give no clear indication that there is progression of the deafness to suggest involvement of the afferent fibres from the middle and upper cochlear coils. However, the three neurological features of the syndrome (DI, OA, D) are almost certainly expressions of a progressive degenerative condition. Only the diabetes mellitus appears to be of extracranial aetiology, but a unifying pathology may ultimately be offered to account for all the clinical features.
Summary
Three children with diabetes insipidus, diabetes mellitus, optic atrophy, and high-tone deafness were shown to lack vasopressin, indicative of degeneration of the cells of the hypothalamic supraoptic nuclei. The syndrome being due to a single gene defect, inherited as an autosomal recessive, is therefore likely to be the result of an inborn error of metabolism with variable periods of latency in those affected.
Pseudohypoparathyroidism Variable manifestations within a family
The term pseudohypoparathyroidism (PHP) was first used by Albright et al. (1942) Table. Discussion It has been recognized for some time that PHP and PPHP can occur within the same family (Mann et al., 1962) . The expression of the physical and biochemical abnormalities in this group of conditions is extremely variable and ranges from short stature, mental retardation, subcutaneous calcification, hypocalcaemia, and many other manifestations to a single small metacarpal. The urinary cyclic adenosine 3'5' monophosphate (cyclic AMP) response to exogenous Year of birth 1961 Year of birth 1962 Year of birth 1966 Year of birth 1970 Year of birth 1971 Year of birth 1972 Case 2 (Balachandar et al., 1975 (Gershberg and Weseley, 1960 We are not aware of any previous reports of pulmonary hypertension in association with PHP and its origin in this case is uncertain. The PDA was very small at necropsy and though it may originally have been larger, clinical and radiological evidence suggests that this was unlikely to be the cause of such severe pulmonary vascular damage.
The surviving male sib has pyelonephritis with megacystis and megaureter: presumably this is coincidental and unrelated to PHP. Cases 4 and 5 show a 'forme fruste' of the complete PHP syndrome. We do not know of any calcium estimations undertaken during their pregnancies.
The hereditary nature of this group of disorders is not disputed. The inheritance pattern suggests a sexlinked dominant transmission. The relative paucity of well-documented cases and doubt over the validity of including metabolically normal individuals who have, for example, an isolated short metacarpal, make this inheritance pattern difficult to confirm.
The relationship between PHP, PPHP, and allied conditions remains incompletely understood, and the introduction of terms such as 'pseudoidiopathic hypoparathyroidism' (Nusynowitz and Klein, 1973) and 'pseudohypohyperparathyroidism' (Kolb and Steinbach, 1962) does little to clarify the situation. It is likely that many more variants will be differentiated particularly as the steps between cyclic AMP generation and cellular response are delineated. Until such time as the aetiology is clearer it seems wiser to describe each patient by clinical and biochemical profile alone rather than by allocation of ever more complex nomenclature.
Summary
A wide variety of clinical and biochemical manifestations have been reported in association with pseudohypoparathyroidism and associated disorders. This is illustrated by a family study in which the affected members show widely differing characteristics.
Prostaglandin-induced diarrhoea
The motility of the gastrointestinal tract is affected by many physiological compounds, including prostaglandins (PGs). It is possible that one or more of these substances may operate as intermediates between polypeptide hormones and the adenyl cyclase-cyclic AMP pathway. Exogenous PGF2oc given to initiate labour or abortion frequently provokes diarrhoea as a side effect, and some women experience diarrhoea during the menses (Rees and Rhodes, 1976) 
